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CPABHEHUE METOIWK T2 MSME U STIR IMPU OLLEHKE OTEYHbIX
U3MEHEHUU MbILILL Y NAUMEHTOB C IIKM/], R2
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Bsedenue. BoisiBlieH1e paHHUX OTEUHbIX M3MeHeHHit ¢ nomolibio MPT 1 olleHKa XxapakTtepa UX pacrpeie/ieHnusi CPe/IM MbIllLL HMEeT
60JIbLIOE 3HAUYEHHE JUIS IMATHOCTHKH AMC(ePIMHONATHH U I PepeHIIHPOBKI HACJIEACTBEHHBIX MbILIEUHBIX AMCTPOMHIl OT Bocna-
JINTEJIbHBIX MHOTTATHH.

Lleav uccaedosanus: ouenntb BoamoxkHoctH Metomk STIR u T2 MSME B anarHocTiKe paHHUX OTEUHbIX H3MEHEHHH B MbILLILAX
nauuentos ¢ [TKM/I R2.

Mamepuanot u memodor. O6enenoano 20 nalmeHToB ¢ AnchepnHonaThei, co cpeiHium Bozpactom 35 (24; 44) ser. MPT mbiiiig
TA30BOrO M0siCa U HIXKHUX KOHeYHocTel npoBeieHa 20 nalMeHTaMi 1 9KBMBAJEHTHOM MO MOJIy H BO3PACTY KOHTPOJILHOH TpyTine.
Peayavmamor. HanGosiblilyto 11arHoCTHYECKY0 TOYHOCTD B BbISIBJIEHHH PAHHUX OTEUHbIe M3MEHEHHs B MbILILAX HMEET METOMKA
T2 MSME (Mc) Ha ocHOBe BblYHC/IeHHS BpeMeHH pedakcalind. HyserButesnbHocth MeTomki STIR cocraBua 56%, a cretuduy-
Hoers — 100%.

3akaiowerue. J1ns nauneHToB ¢ qucdepauHonaTHell XapakTepHbl 1M dysHble oTeKH HauMeHee nopaxennblx Mol STIR onTu-
MaJIbHO MCMOJIb30BaTh s U pepeHIHaNbHOi IHarHOCTHKH MHOMATHI, XapaKTepU3yIOLIMXCs OTeUHbIMH H3MeHeHHusiMHU. st
OLIEHKH MHHHMMAaJIbHbBIX OTEUHbIX H3MEHEHHUH Hauboiee npuememMbim seasercs T2 MSME.

KatoueBble cnoBa: micepanHonatus, noscHo-KoHeuHocTHast MbitiedHasi ucrpodust 2B, TTIKMJT R2, DYSF, MPT wbi, STIR,
OTeyHble H3MEHEHHST MbIIIILL
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COMPARISON OF T2 MSME AND STIR METHODS IN ASSESSMENT OF
MUSCLE EMERGENCY CHANGES IN PATIENTS WITH LGMD R2

Wadim A. Tsargush”, 2Carlier Pierre, ! Sergey N. Bardakov, !Sergey S. Bagnenko, 'Igor S. Zheleznyak,
SMaxim S. Pushkin, *Roman V. Deev, #9Artur A. Isaev
I Military Medical Academy, St. Petersburg, Russia
2Frédéric Joliot Institute for Life Sciences, SHFJ, Orsay, France
3Ryazan State Medical University named after academician I. P. Pavlov, Ryazan, Russia
4North-Western State Medical University named after I. I. Mechnikov, St. Petersburg, Russia
SInstitute of Human Stem Cells (HSCI), Moscow, Russia

Introduction. The identification of early edematous changes using MRI and the assessment of the nature of their distribution
among the muscles is important for the diagnosis of dysferlinopathy and the differentiation of hereditary muscular dystrophies
from inflammatory myopathies.

Purpose of the study: to assess the capabilities of STIR and T2 MSME methods in the diagnosis of early edematous changes in
the muscles of patients with LGMDR2.

Materials and methods: We examined 20 patients with clinical manifestations of dysferlinopathy, with an average age of 35 (24;
44) years. Magnetic resonance imaging of the muscles of the pelvic girdle and lower extremities was performed by 20 patients
and a control group equivalent in sex and age.

Results. The T2 MSME (ms) method based on the calculation of relaxation time has the highest diagnostic accuracy in detecting
early edematous changes in muscles. The sensitivity of the STIR method was 56 %, and the specificity was 100 %.

Conclusion. Dysferlinopathy is characterized by diffuse edema of the least affected muscles. STIR is optimal for differential diag-
nosis of myopathies characterized by edematous changes. Whereas, for the assessment of minimal edematous changes, T2
MSME is the most acceptable.

Key words: dysferlinopathy, limb-girdle muscular dystrophy 2B, limb-girdle muscular dystrophy R2, DYSF, muscle MRI, STIR,
muscle edematous changes

*Contact: Tsargush Vadim Andreevich, tsargushumf@mail.ru
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Beenenue. [uchepaunonarus (OMIM #254130;
253601; 606768) — deHOTHMHYECKH TeTeporeHHast
rpynna HacJelACTBEHHBIX MblIEUHbIX JAUCTPODHI,
BbI3BaHHasi MyTauusimMu B rene DYSF (2pl13.2), kouu-
pytotiero 6esiok aucdepaut. ucdepann yuactByer
B BOCCTAHOBJIEHHU LIEJIOCTHOCTH capKoJiemmsl [ 1, c. 1].
OnHUM U3 BeyUIHX NaTOreHeTHUECKHUX 3JIEMEHTOB JIaH -
HOH HO30JI0THH SIBJISETCS aCelTHUECKHUI BOCIAUTE/b-
HBIF MpoLece, NEePBUYHO PA3BUBAIOLLMACA B MbILILAX
KOHEUHOCTel B OTBET Ha MOBbIlIEHHE TPOHHUIAEMOCTH
MbllleyHol MemOpaubl [2, c. 1]. Bocnanurtenbnbie
M3MEHEHHs! B CKEJIETHBIX MbILILAX TAKXKEe BCTPEUaoTCs
y TalUMEeHTOB ¢ JaucTpoduHONatHed (MHOMATHH
I[}omeHHa/BeKKepa), MOSICHO-KOHEUHOCTHOH MbILlIeY -
o aucrpoduein R1 (ITKMJI R1, xanbnaunonatus)
1 JIHLE-JI0NATOYHO-KOHEYHOCTHOH MbILLEYHOH JUCTPO-
dueit (JINIKMI) 3, c. 1; 4, ¢c. 6; 5, c. 2].

[IpencraBnenne 06 MP-nartrepue aucdepanHona-
THH (QOPMHUpYeTCsl Npexkae BCEro Ha OCHOBE aHaJ/u3a
pacnpeseneHust }kKHPOBOH HHUIILTPALMK CPEILH MbILILL
Oesiep U roJieHel [6, c. 5]. B 1o xe Bpemsi B psiie pabot
MoKasaHa Ba)KHOCTb OLLEHKH BbIPaXKEHHOCTH U pacripe-
JleJleHusl OTeUHbIX HM3MeHeHWH TpH (OpMUPOBAHUH
npencrapienus 06 MP-natrepne [7, 8]. [1pu aucdep-
JIMHOMATHH OTEUHble H3MEHEHHsl PAa3BHBAIOTCSl HA paH-
HHUX 3Tarax BOBJIEUEHHUS MbILILL B MBILLICYHO - THCTPO(HU-
YecKHi npouecc ¢ Moc/eyloUuM 3aMellleHHeM K1 PO-
BOW M COEIMHUTENIbHON TKaHbIo [6, ¢. 9]. [1o stoit npu-
unHe BbisiBaAeHHe ¢ nomotibio MPT nan6osee panHux
OTEUHbIX U3MEHEHHU U UX pacrpeieseHne Cpen MblLILL
uMeer Gosibliioe THphepeHIHaNbHO -IHAarHOCTHIECKOe
3HaueHHe, a TaKxKe MO3BOJISIET HCC/IENOBATh MaToreHe-
THUECKHe 0COOEHHOCTH TeueHust aucdepauHonaTuu |7,
c. 12; 8, c. 4.]. B 1o Xe BpeMsi OTCyTCTBYeT eJlMHOE
npeicTaBjieHHe 0 CPaBHUTEIbHON 3(h(DeKTHBHOCTH pa3-
JIMUHBIX METOJIMK BU3ya/M3allui B IHATHOCTHKE PAHHHUX
OTEYHbIX H3MEHEHHH.

Lleab MccaenoBaHus: oleHUTb BO3MOXKHOCTH METO-
ik STIR u T2 MSME B nuarnoctuke HauboJsiee paH-
HHMX OTEYHbIX U3MEHEHHUH B MbllILaX Oelep U rojeHen
y nauuenToB ¢ [TKMJI R2.

Marepuanel u metoanl. Ilayuenmeot. O6crenoBato
20 nauMeHTOB C KJMHUYECKHMH MPOSIBJAEHUSIMH JIHC-
depannonatun — 13 myxunn (65 (40; 84)% ) u 7 xen-
uwmn (35 (15; 59)%). Bospact nauueHToB Ha MOMEHT
obcnenoBanusi cocrapasiyi (Me) 35 (24; 44) qer.
Koutposbhyio rpynmy cocraBuin 20 310poBbIX 106po-
BOJIbLIEB Cpei KOTOpbIX Obio 11 myxkuuH (55 (31;
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76)%) u 9 >xenmun (45 (23; 68)%), cpeanuii Bozpact
KoTopbix cocraBus (Me) 31 (21; 40) rox.

Jlabopamopro-uncmpymenmanvHole uccaedo-
sanus. O6ce0BaHNe NAlMEHTOB BKJOYAJI0 KJIHHHU-
KO-TeHeaJIorMYeCKHid aHa/Iu3, HeBPOJIOTHYeCKoe o0ce-
JIOBaHHe U J1JabopaTopHO-UHCTPYMEHTAJIbHbIE METOMKH
JIMATHOCTHKH (YPOBEHb aKTHBHOCTH ChIBOPOTOUHOH
K®K, JUII, ACT, AJIT, muoro6un, SHMI/IMT,
OKI'). MoJiekyngpHo-reHeTHIeCKOe HCCel0BaHNe
o6pasuoB JIHK nposeneHo ¢ noMolbio MoJHOIK30M-
HOTO CcekBeHHUpoBaHusl (next generation sequencing)
Ha nuatgopme IlluminaHiSeq 2000 ¢ nocnenyiotym
MOATBEPXKJICHUEM PE3yJbTaTOB CEKBEHHPOBAHUEM
no CaHrepy.

Maenumno-pe3oHancHas momoepagus moluiy
ma3o080e0 nosAca U HUNCHUX KOHedHOcmell.
MaruuTHo-pe3oHaHCHOe HCCJeloBaHue TPOBOAUJIH
Ha BbICOKOMoJLHOM TOMOorpade «Philips Ingenia»
(Hunepaanmbl) ¢ unaykineit marautHoro nodist 1,5 Tn
u ero rpaauentom 30 MT/m.

Bce naumentbl W 370poBble JOGPOBOJILILI ObLIH
NpeyrnpeskaeHbl 0 HeoOXOUMOCTH H36eraTh TMOBbI-
[IEHHBIX (PU3HUECKHUX HATPY30K W TepeyTOMJIEHHUs He
MeHee 3 JIHeH JI0 UCCyeloBaHus.

McenenoBanue MsTKHX TKaHeW Tada W HHXKHHX
KOHEUHOCTEH MPOBOJUJIN B TOPU3OHTAJILHOM T10JIOXKE -
HUHU TallMeHTa Jiexka Ha criuHe. [loBepxHOCTHBIE MaT-
pUUHbIE KATYLIKH JJIs Teja YKJalblBajd Ha 00JiacThb
Tasa, Oeniep, rojeHed, GPIOILIHON MOJOCTU U TJI€UeBOr0
nosica.

KomriekcHoe MarHuTHO-pe30HaHCHOE HCCJIeloBa-
Hue BkJaouano: MPT ¢ ucnonbzoBannem Tpaauuuon-
HBIX UMMYJILCHBIX TocsenoBaTenbHocteld (MIT) cnnno-
Boro 3xo0 (TSE) u rpaguentHoro sxo- (GRE): T1-BH,
T2-BW u STIR, T2 Multi-Slice-Multi-Echo (MSME).

T1-BH B akcuasbHOH U KOPOHAJIBHOH MJOCKOCTSIX:
TE 10 mc, TR 600 mc, uucio moropeHuit 1, yrod
Hakjona 90°, yron pedokycupokn 120°, FOV
450%450 Mm2, pasmep nukcess 0,6x0,6 MM2, KoJIHde-
cTtBO cpe3oB 30, paccrosiiue mexay cpesamu 10 mm,
TOJILIMHA cpe30oB 10 MM,

T2-BU B akcuasbHo miiockoctu: TE 80 mc, TR 500
MC, 4kcsIo noBTopenuit 1, yroa nakiaona 90°, yrona pedo-
kychposku 120°, FOV 450x450 MmM2, pasmep nukcess
0,6x0,6 MM2, KOJHUYECTBO cpe3oB 30, paccrosiiue
mexky cpesamu 10 mm, TosmHa cpe3oB 10 Mm.

STIR B akcuanbHON M caruTTaabHO# miockoeTsax: TE
70 mc, TR 4000 mc, uneno noBTopeHuit 1, yroa Hak/o-
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na 90°, yroa pedokycuposku 120°, FOV
450%450 mMm2, paamep nukcesst 0,8x0,8 MMZ, KoJIHue-
ctBO cpe3oB 30, paccrosinne mexiay cpesamu 10 mm,
ToslMHa cpe3oB 10 Mm.

T2-MSME B akcuasbHol niockoeru: TE B quana-
3ote ot 8 10 160 mc ¢ nesbroit 8 mc, TR 2500 mc, uncio
nosropenuii 1, yros nakaona 90°, yros peokycupoB-
ku 120°, FOV 400x400 mm2, pasmep mnukcess
0,7x0,7 MM2, KOJHUYECTBO cpesoB 10, paccrosinue
Mexkay cpedamu 10 MM, TosmHa cpe3oB 10 mMm.

CxaHupoBaHHe BBIMOJIHSIOCH OT FoJIOBbI 10 cTorl. [Tpu
MCC/IENIOBAHUSX MCTIOJIBb30BAJIMCH KATYIIKH JJIsl BU3yaJlH-
3alM¥ BCEro TeJsa, BKJIOYAIOLIME JIBE paciliMpeHHble
noBepxHoctHble Karyuiku aiasi tena (Flex Coverage
Anterior coils) B codeTaHuu ¢ Kartylikamu, UHTEIPHPO-
BaHHbIMU B ctoal (Flex Coverage Posterior) u karyiikoit
nJ1s1 rosioBbl 1 ien (Head Neck), uto nossosisisio oxBaThi-
BaTb 200 cM Tesia. CermMeHTallsi MbILLLL Oelep U roJieHeH
BBIMOJIHSJIACH B PYYHOM PeXKMMe C TIOMOLBIO POTrpaMm-
noro obecneuenusi [ITK-SNAP 3.8.0[9, c. 1].

Bce uccsienoBanusi npoBoAKJIMCH NOC/E MOJNUCAHUS
naldeHTaMmu J100poBOJILHOTO  HH(MOPMHUPOBAHHOTO
coryacusl.

Cmamucmuueckui anaau3. KosudecTBeHHble
pe3yJsibTaThl MCCIE0BAHHUS MIPECTABEHbI B BUIE CPE/l-
Hero sHauenust (M) nan meamansl (Me) ¢ 95% noBepu-
TeJIbHBIM HHTEPBAJIOM (pacCuMTaHHBIH METOM OyTCTP3-
na nnn Knonnepa—ITupcona) B cooTBeTCTBUH ¢ HOP-
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MaJIbHOCTBIO pacripesenenus. Pacuer 4yBCTBUTEBHO-
CTH ¥ crelU(UUECKH BbIMOJHEH CTaHIAPTHBIM METO-
noM. CraTucTHueckasi 3HaYMMOCTb PasjiMuni OlleHHUBA-
Jlach € MOMOLbI0 KpuTepuss ManHa—YuTHH. Xapakrep
MopaxkKeHHs1 MBILIL, ClpaBa W CjieBa CTaTHCTHUECKH
3HAUUMO HE OTJIMYaJICs, MO3TOMY CPaBHEHHE C KOHT-
POJILHOH TPYNIOH MPOBOJUJIUCH MPH OO0bEIUHEHUH
nokasaTeJieil OT MblLLILL 06€UX CTOPOH.

Pesyabratbl 1 ux o6cyxnenue. Oyenka omeuHvix
uzmenenuti ¢ nomoupro STIR. I1pu Bu3yanbHOM OLeH-
ke ¢ nomouibto STIR y naumentos ¢ ITKMJIR2 onpene-
JIEHbI MbILLLBI ¢ HAHOOJIbLLIEH YaCTOTOH OT€UHbIX H3MEHe -
HHH, CPEIU KOTOPBIX OTEK Mpeobaia B MEHee MopaKeH-
HBIX TPYTITAaxX MBI, B KOTOPBIX B MOCJAEYIONIEM HAO/IIO-
JIaJI0Ch PA3BUTHE »KUPOBOH HH(UJILTpaLMK. B uactHocTH,
oTek Obl1 HauboJiee pacrpocTpaHeH B MePeHUX IPpyrax
mbiuLL 6enep: m. vastus lateralis (81,5%), intermedius
(70,4%), vastus medialis (59,3%), a Takxe B m. sarto-
rius v caput longum m. bicipitis femoris (51,9%).
MeHee uacto otek Habumonasics B m. gluteus minimus
u m. tensor fasciae latae (7,4%), m. semimembrano-
sus u m. semitendinosus (11,1%).

Cpe MbILLILL ToJleHel NP BH3yaJsibHOH OLEHKe
¢ nomouipio STIR Haubosiee yacto oTek HabJIOAAJCS
B m. extensor digitorum longus (59,3%), m. tibialis
anterior (48,1%), m. tibialis posterior w m. flexor dig-
itorum longus (37 % ). Han6osiee peko oTeK BIsBJISI-
csl B 06enX roJioBKax m. gastrocnemius (puc. 1, 2).
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Puc. 1. Boipaxkennocts (T2, mc) u wacrora BeisiBienust oreka (no STIR) B mbliax TazoBoro nosica, 6enep (a)
¥ rosieHed (0)y naunentos ¢ [IKMJT R2.
[pumeuanue. YepHbiM BETOM 0603HAYEHA YACTOTa OTeuHbIX M3MeHeHuil B Mbiinax no STIR (%); cepbiM uBeToM — Bpemst
penakcaumu (T2, mc); myHkTHpHble JuHun — T2, Mc (Me ¢ 95% JIM) MblLILL NAHEHTOB KOHTPOJILHOM TPyHIbl
Fig. 1. The severity (T2, ms) and the frequency of edema detection (according to STIR) in the muscles of the pelvic
girdle, hips (a) and lower legs (6) in patients with LGMD R2.
Note. The frequency of edematous changes in the muscles according to STIR (%) is shown in black; in gray — relaxation time (T2,
ms); dotted lines — T2, ms (Me with 95% CI) muscles of patients in the control group
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Ouenka omeunvix usmenenuii ¢ nomouwpro T2
MSME. C nomouwbto T2 MSME y nauueHToB
¢ TIKMJIR2 oreunble H3MeHeHHs] ObLIU BhISIBJEHbI
B G0JIbILIMHCTBE MbILLLL Oeaep. [Ipr 5ToM MUHUMAJIbHbIE
OTeuHble U3MeHeHust HabJola/luCh B m. fensor fasciae
latae, m. semitendinosus, m. semimembranosus
B CBSI3H C paHHel W 0oJiee BbIPAXKEHHOH KHUPOBOH
uHpuabTpauner. Otek Obl1 HaubGoJsiee BbIpaKeH
B MbILLILIAX MepeiHel rpynibl Oeep (m. rectus femoris,
m. vastus lateralis, intermedius et medialis), oueHu-
BaeMblll KOJMYECTBEHHO MO BpeMeHH pejakcauuu T2,
mc (T2 MSME).

auua). Kpome Toro, oTex cTaTHCTHYECKH dalle
BhIABJsA/CA ¢ nomolibio T2 MSME nipu olienke Bcer
COBOKYMHOCTH MbiiiL 6e1ep y nauueHtoB ¢ [TIKMJL R2
(kpurepwuii [Tupcona, y2=32,4, p=1,2x10-8).

Ha ypoBHe roJsieHe# cTaTHCTHUECKH 3HAYMMblE pa3-
JIMYMST COOTHOLLIEHHH MBILILL C HAJIUYHEM M OTCYTCTBHEM
oTeKa, olleHuBaemoro BuayasibHo 1o STIR W Kosinue-
crBenHo no T2 MSME, nabaionanuce B m. gastrocne-
mius (caput mediale) n m. popliteus. Jlns obuiei
COBOKYIHOCTH MbIIILL TOJIEHEH CTATUCTHUECKMX 3HAUM-
MbIX Pa3JMUYUil B KOJHUECTBE BbISIBJSEMbIX MbIIIIIL

Puc. 2. «Pannunii» MP-narrepn [TKM/IR2 (cenorun [TKM/T) y natmenta A., 24 JieT ¢ JUIMTEILHOCTBIO 3a00JIeBaHHs
3 rona. HauasibHble quctpoduueckne uaMeHeHust B m.m. glutei — 1 ct. (a). Y4acTKu xKUPOBOH HHbUIBTPALIK B 1. adduc-
tor longus, m. adductor magnus, m. semimembranosus, m. semitendinosus, caput longum m. bicipitis femoris — 1—
2a c1. (6). Y4acTKH XKHPOBOH HHMUIBTPALIMH B 1. Soleus — 26 cT. v B m.m. gastrocnemii — 2a cT. (8). YMepeHHble oTeu-

Hble MI3MEHEHHs] B HaHMeHee TOopaKeHHBIX MbIIITAX Geflep 1 rosieHeil (d, e); TabuTyc HUXKHUX KOHEUHOCTeH (1, 3)

Fig. 2. «Early» MR-pattern of LGMDR2 (LGMD phenotype) in patient A. 24 years old with a disease duration of

3 years. Initial dystrophic changes in m.m. glutei — 1 st. (a). Areas of fatty infiltration in m. adductor longus, m.
adductor magnus, m. semimembranosus, m. semitendinosus, caput longum m. bicipitis femoris — 1-2a st. (0).
Areas of fatty infiltration in m. soleus — 2b st. and at m.m. gastrocnemii — 2a st. (8). Moderate edematous changes

in the least affected muscles of the thighs and legs (0, e); lower limb habit (o, 3)

Cpenu MbllILL rosieHel oTeK HabJonancs B m. popli-
teus, m. flexor hallucis longus v m. extensor digito-
rum longus u 0TCyTCTBOBAJ CPEH IPYruX Mbiii 1o T2
MSME. BcrpeuaemocTb oTeka MbllILL  TFOJEHEH
no peayJsbratam BuzyasbHoil otleHku STIR He orsnua-
jgacb or panubix T2 MSME, 3a uck/oueHuem .
extensor digitorum longus, oredHble H3MeHeHUs
B KOTOPO# BeTpedanuch B 59,3 % cayuaes (em. puc. 1).

Cpasnenue spgpekmusnocmu 8oLi84eHUA
omeunovix usmenenuti memoduxamu STIR (su3y-
aavno) u T2 MSME (mc). BbinosnneHo cpaBHeHHe
stppekruBHoctn metoauk STIR (BusyanbHo) m T2
MSME (Mc) B olleHKe MUHUMaJIbHbIX OT€UHbIX H3MeHe -
HUU ™Mbl [Ipu oleHKe COOTHOLIEHWH HaJU4Hs
M OTCYTCTBHS OTeKa C TOMOILIbIO JaHHBIX METOIHK
B OT/IJIbHBIX MbILIAX Oe/lep BbISBJIEHbI CTATHCTHUECKH
3HAUUMble pasjuuus Aisi: m. sartorius, m. adductor
longus, m. gluteus medius, m. gluteus minimus, m.
obturatorius internus, m. tensor fasciae latae (Ta6-
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¢ ortekoM ¢ nomolibio STIR u T2 MSME ue BhisiBJIeHO
(kpurepuii [Tupcona x2=0,89, p=0,34) (cm. Tabi1MLLy ).
CraTvcTHUeCKH 3HAYMMble Pa3JiMuMsl B KOJIMUECTBE
MBILLL TYJOBHIIA C HaJIHUMEM OTeKa HaOJ0IaIuCh
cpenu: m. teres major, m. biceps brachii, m. trapezius,
m. erector spinae, m. pectoralis minor u m. transver-
sospinalis (xputepuii ITupcona y2, p<0,05). s
0011e# COBOKYIMHOCTH MBbIIIILL TYJIOBHILA OTEK CTATHCTH -
YeCKH vallle BhIABJSAJICS TTPH Hcrosb3oBannu T2 MSME
(xpurepuii [Tupcona, x2=42,3, p=7,7x10-11),
Mcxofst M3 moJiydeHHbIX JAHHBIX BBISIBJEHO, 4TO
C HaubOJIbIIEH TOYHOCTBIO JHATHOCTUPOBATH U TMOJIHO-
LIEHHO OXapaKTePU30BaTh OTEUHbIE H3MEHEHHUS B MbIIlI-
11aX MOYKHO C MOMOIIIbIO BBIYHC/IEHHS] BDEMEHH peJiakca-
upun T2 MSME (mc). Takum 0o6pa3om, YCJOBHbIM
«30JIOTBIM CTaHAAPTOM>» 3PPEKTUBHOCTH JAUATHOCTHKH
oteka B Mbiliax 6bu1 Bbibpan T2 MSME. T1posenena
OlleHKa CMelU(pUUHOCTH W UYYBCTBUTEJbHOCTH Kaue-
crBenHoro metoja STIR B BhisiB/IeHHH OTeKa B MbIlILAX
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TadGauua

BoisiB/ieHMe HAJIMYKS WM OTCYTCTBHS OT€Ka B MbILILIAX Geep, rojeHei v TyaoBuuia ¢ nomoubio STIR u T2 MSME, n=550 mbIiwiy

Table

Revealing the presence or absence of edema in the muscles of the thighs, legs and trunk using STIR and T2 MSME,
n=>550 muscles

Mcesenyemast miiiia Orek no STIR Orek o T2, mc .2 .
Ectb Her Ectb Her
Meimins 6esep 90 100 144 46 32,4 1,2x10-8
MblLiLbl TOJIEHEH 38 61 45 55 0,89 0,34
Mbitiiibl TYJI0BHIIA 84 88 145 32 423 7,7x10-11
TyJlOBWUlla, Taaa, 6eﬂep U TroJieHeH (pI/IC. 3) OTCYTCTBHUHU  JIOKHOIIOJIO2KUTEJIbHBIX  PE3YJIbTaTOB.

YcraHoBJieHo, uto u3 190 Mol 6esiep JI0XKHOOTpULA-
TeJIbHbIE Pe3yJbTaThl HAJMUYUS OTeKa, MOJydeHHble
meroaukoil STIR Haburonammch B 54 MbILIIAX, TPU 3TOM
JIOYKHOTOJIO?KUTEJILHBIX  PE3YJIbTATOB HE OTMEeuasioCh.
Takum o6pasom, uyBCTBHUTENbHOCTb MeToiuku STIR
B BbISIBJIEHMH OTeKa B Mbililax Oejlep cocTaBuja —
62%, cneunduunocts — 100%, nporHocTHuecKas
LIEHHOCTD MOJIOKHTEILHOTO pesyabrata Tecta — 100 %,
MPOrHOCTHYECKAS 1IeHHOCTh OTPULIATENbHOTO Pe3ysbTa-
Ta Tecta — 46 % (kpurepuit Puwmepa, p<0,0001).

Cpenn 110 ™Mb rosieHel JI0KHOOTPHIIATEIbHbIE
pe3yJsbTaThl BbisiBJeHHs1 oTeka Metoaukod STIR
Ha6J110/1aJIMCh B 7 MbBIIILAX PH OTCYTCTBHH JIOKHOIIO-
JIOYKUTEJIbHBIX Pe3yJIbTaTOB. TakuM 06pa3oM, UyBCTBH-
TeJibHOCTL MeTonukU STIR B BbisiBJIeHUH OT€KA MbILLLL
roseneil cocrapuna 84 %, cneunduunocts — 100 %,
MPOrHOCTHYECKAS IEHHOCTb TMOJIOXKHTEJBHOTO Pe3yJib-
tata Tecta — 100%, NporHoCcTHUECKAs LIEHHOCTh OTPH-
LaTesbHOro pesysibrata Tecta — 88% (KpuTepHil
@uuepa, p<0,0001).

[Ipu cpaBHUTENLHOM aHa/M3e OTEUHbIX H3MEeHeHUH
BLIILIEOTTHCAHHBIMH METOJIMKAMH COBOKYMHOCTH MBIIILL
nJe4eBOro Mosica, IPyIHOH KJETKH, MBI CIHHBI,
JKHUBOTA, TA30BOro Tosica, Oejiep U rojieHel (n=550)
JIOKHOOTPHILIATEJIbHbIE Pe3yJbTaThl HaJHUUs OTeKa
meromukor STIR Habusonanuch B 165 wmblmax npu

Mbitnsr 6enep

Mbiiipl rojeHen

YyscrBuresnbHocTh MeToanKu STIR B BhIsiBaeHHN 0TeKa
MBILILL BCEro TyJOBHILA cocTaBuia 56 %, crnemuduy-
HocTb — 100%, NporHocTHIeCKas LeHHOCTh T0JI0XKH -
TesbHOro peaysbrata Tecta — 100%, mporuoctuue-
cKasi 11eHHOCTb OTPHIATEJLHOTO pe3yjibTaTa Tecta —
51% (kpurepuit duwmepa p<0,0001).

[ToMuMO OLIEHKH KMPOBOH MH(UJILTPALUM MbILIL,
npu AucgepuHONaTHH CYlIIeCTBEHHOE 3HAYeHHE UMeeT
BbISIBJIEHHE OTE€UHbIX H3MEeHEHUH, yUeT pacrpejeseHus
1 BapHabesbHOCTb KOTOPbIX JIOTIOJIHSIET MPeICTaBIeH e
06 MP-narrepue. Kpome Toro, Hannune BblpaxKeHHbIX
OTeUHbIX U3MeHEHUH Ha paHHMX Tanax Nporpeccupo-
BaHWs JUCHEpIUMHONATHH 4acTo SIBJISIETCS MPUUHHOM
OUIMOOYHON JIMATHOCTUKH BOCMAJIHUTEIbHBIX MHOMATH
[10,¢c.3; 11,c. 3;12,¢c. 3]

JInst BCeX MalMeHTOB HCC/IeyeMOH HaMM BbIGOPKH
OblJ XapaKkTepeH OTeK MHUHUMYM JIByX W 0oJiee MBbIIIIL
onpenensiemblii KadectBeHHOo (STIR) u KosMuecTBeHHO
(T2 MSME). Cpenu mbiiiiL Taza HanboJiee 4acTo 1 Mak-
CHMaJIbHO BbIpaxkeHHbIH audysubiii otek (no STIR)
Habsonancs B m. gluteus maximus et medius, COOTBeT-
CTBEHHO OTeK OblJl MUHUMAaJIbHBIM U PEIKUM B 111. tensor
Jasciae latae v m. gluteus minimus, 4To COOTBETCTBYET
paHee TIpe/icTaB/eHHbIM JaHHbIM [8, c. 4; 13, c. 4; 14,
c. b]. B ucenenyemoit Hamu rpyrine naiueHToB GOJbIIMH-
CTBO MbILLILL Oejlep XapaKTepu30BaloCh HATMUMEM OTeKa,

MbIHJLLbI BCero TeJsa

:rIOO- - 60 — 2501
= 80 z = 200
E = 404 E
2 60+ 2 2 150+
5 40 g 2 100
g 2 201 2
= = =
5 204 5 5 507
= 0- = 0- I = 0-
WI Jin - JIo Mo MIT Jin - JI0 Mo WI Jin - JIo Mo
Ortek (STIR)  OrcyrcrBre Orex (STIR)  OtcyrcrBHe Orex (STIR)  OtcyrcrBHe
oreka (STIR) oreka (STIR) oreka (STIR)
OrtcytcerBue oteka (MSME) B Orek (MSME)

Puc. 3. CriettipuuHOCTb ¥ UyBCTBUTEIBHOCTL METOJIOB BU3YaJsIbHOM olleHKH oTeKa 110 STIR u kosmuectBeHHo o T2
MSME y nauuentos ¢ [TKMJI R2.
[Tpumeuvanus. MIT — uctunno nosoxutesbublil peayisrat; MO — uetrHHO otpunartenbHblit peaynsrat; JITT — noxxHomosmoxkuTeb-

bl peayabraT; JIO — JI0KHOOTPHLIATENbHBII Pe3yJibTaT

Fig. 3. Specificity and sensitivity of methods for visual assessment of edema according to STIR and quantitatively
according to T2 MSME in patients with LGMD R2.
Notes. PI — true positive result; IO — true negative result; LP — false positive result; LO — false negative result
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3a UCKJIIOUEHHEM m. Semitendinosus w m. semimem
branosus (11,1%). Otek BcTpeuasicss HauboJiee 4acTo
1 Obly1 6oJjiee BhIPAXKEH B TIEPEIHEN U MEMAILHOMN TPYTI-
nax Ml 6eaep: m. vastus lateralis (81,5%), interme-
dius (70,4%), medialis (59,3%); m. sartorius u caput
longum m. bicipitis (51,9%) v m. adductor magnus
(46,6%), uto cornacyercst ¢ GoJlee paHHUMH MCCIe10BA-
HUsIMH [ 7, ¢. 9; 15, ¢. 5; 16, ¢. 7]. J. Diaz u coarr. (2016)
OTMETHJIH, UTO OTeK m. sartorius, m. gracilis v m. rectus
Jfemoris cpenn Ml Oelep pa3BUBAETCS B OCHOBHOM
Ha MO3MHKX CTaiusIx 3a6oaeBanusd |8, c. 3].

B mblmax rosenedl otek Obl1 HanboJsiee BblpaxKeH
B m. popliteus, m. flexor u m. extensor digitorum
longus. I'lpu ouenke ¢ nomotibio STIR HauGosiee uacro
oTek Habuonasncs B m. extensor digitorum longus
(59,3%), m. tibialis anterior (48,1%), m. tibialis
posterior v m. flexor digitorum longus (37 %), Torna
KaK m. gastrocnemius XapakTepU30BaJICs OTEKOM
pexke. B oTHOCHTENBbHO HEOOJBLUIOM KOJHYECTBE
COOOLIeHUH ObIIO NMOKA3aHO, YTO HA PAHHUX 3Tanax
3aboJjieBaHusi OTeK HabJoaaercst B m. soleus v caput
mediale, a Ha NO3[HUX 3TaNax — B MepeiHed U JaTe-
pasbHOU rpynmnax rojenu [17, c. 3]. B 2016 r. na npu-
Mepe KHTaHCKOH KOTopThbl MmauueHToB S. Jin onmcan
TUIMUYHBIA MAaTTepPH OTeKa MBI Oefiep B JAOMOJHEHHE
K MP-natrepHy »kupoBoit nuHpuabTpauuu [7, c. 8].

ConocraBus noJyueHHble cBeneHust 06 MP-ocoben-
HOCTSIX [TOPaKeHUsT MbILLILL PH AMCHEPIMHONATHH, Mbl
MOZKEM TIOATBEP/IUTh, YTO BbIpAXKEHHBIN OTeK HabJ0a -
eTcsl B MbILILAX, JUISl KOTOPbIX XapakTepHa Moc/enyio-
11asi XKMpoBasi UH(UILTPALKS U MOBbILIeHHEe (PU3HYe-
CKOU HATpy3KH Ha JJaHHOM 3Tare 3a6osieBanus [7, ¢. 11;
8, c. 3; 18, c. 2; 19, c. 4], nostomy i NalUEHTOB
C pa3BepHYTOH KJIMHUYECKOW KAPTHHOW MpPHU HAJHYUU
YKUPOBOH MH(UIILTPALIMY B 3ajiHel IpyIine Mbllil Oejiep
HanOoJIee yacTo HaOJIIOAeTCs OTEK B [epe/iHel rpynie,
a B TOCJEIYIOLEM MPH UX KHPOBOM 3aMElIeHUH OTeK
Oy/ieT BCTpeuaThesi B OOJIbILIEH CTeNeHd B m. gracilis
U m. sartorius, Torja Kak B MPECUMIITOMAaTHYECKHUX
cydasix OTeK dyallle BBISBJSETCS TOJAbKO B 3ajHEH
U MeIMaJbHOK rpynnax mbiulill 6e1ep, a Takxke B capul
mediale m. gastrocnemii.

AHann3 XapakTepuCTHK M pacrpesiesieHHe OTeUHbIX
M3MeHeHHH urpaet ocobyto poJib B C/Iyyasix MHOMATHH,
Korja MpH3HAKOB »KUPOBOH HHHUJIBTPALUK U aTPOduit
enle He HaGuonaeres [20, ¢. 2]. B uensax muddepenim-
aJIbHOH JIMATHOCTHKK CJIelyeT OTMETHTh, UTO OTEK IMpH
JuchepJrHONaTHH HOCUT IHdy3HBII XapakTep (puc. 2,
4) B oTVIMYME OT BOCHAJMUTENbLHBIX MHONATHH, /151 KOTO-
pbIX XapakTepHa €ro 3HayuTeNbHasl BapHabeIbHOCTb
(nsTHUCTBIH, TMDdY3HBIH, NepudepHIecKHil, epbeBHl-
HbIf) [21, ¢. 2; 22, ¢. 3; 23, c. 3; 24, c. 28] (puc. 4). Tak,

Puc. 4. BapuaGesbHOCTb OTE€UHbIX H3MEHEHHH NP PA3JIMUHbIX HEPBHO-MbILIIEUHbIX 3a00seBanusX. [TanueHt M.
(38 set) — noJMMHO3HUT (cepoHeraTuBHbIit) (@), nauueHt I. (43 net) — nepmaromuosur (6), nauueHt [. (68 jet) —
BOCTAJIMTEIbHASE MUOTIATHs, acCollMMpoBaHHas ¢ anTu-Mi2 (g), naunent H. (32 jiet) — BocnanutesbHasg MHONATHS,

accouunpoBaHHas ¢ aHtu-SRP (e), naunent M. (25 ner) — [TKMIRZ2 (0), naunent L. (23 roga) — [TKM]L R2
(c. TG573/574AT; p. Val67Asp) (e), nauuent 3. (33 roja) JuLe-/10MaTouHO- KOHEYHOCTHAS MblLLIeYHas AUCTPOhHs]
(D4Z4 — 4 nosropa) (o), nauuent H. (30 net) — HemasunoBasi muonatust 2 tuna (NEBZ2), komnayHa-reteposuror-
Hasg mytauus ¢. 3986A>C; (p. Aspl1329Ala); c. 10544G>A; (p. Arg3515GlIn) (3)

Fig. 4. Variability of edematous changes in various neuromuscular diseases. Patient M. (38 years old) — polymyositis
(seronegative) (a), patient G. (43 y.0.) — dermatomyositis (6), patient. G. (68 y.o.) — inflammatory myopathy associ-
ated with anti-Mi2 (s), patient N. (32 y.o.) — inflammatory myopathy associated with anti-SRP (e), patient I.
(25y.0.) — LGMDR2 (0), patient Sh. (23 y.0.) — LGMD R2 (c. TG573/574AT; p. Val67Asp) (e), patient Z. (33 y.0.)
facioscapulohumeral muscular dystrophy (D4Z4 — 4 repetitions) (a«c), patient N. (30 y.o.) — type 2 nemaline myopa-
thy (NEB2), compound heterozygous mutation c. 3986A>C; (p. Aspl1329Ala); c. 10544G> A; (p.Arg3515GlIn) (3)
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JUIst IepMaTOMHO3uTa GoJiee XapakrepeH mnepudepuue-
CKHUH OTEK MBbILLLL X MTPUJIEKALLEH MTOJAKO2KHOW 2KUPOBOH
kaetyatku [23, ¢. 3]. Kpome Toro, yactbimM nposiBjieHu-
€M BOCIMAJIUTEIbHbIX MUOTIATHI CUHTAIOTCS TTepudaciy-
aJibHble OTeKH (NMpU3HaKK (acuunTa), MpH OTCYTCTBUU
3HAUUMbIX aTPOUIl U KUPOBOH HHMUJBLTPALIUM MbILLILL
[20, c. 2; 23, c. 3; 25, c. 4].

Takum o6paszom, mnoBblllleHHe 3(DPEKTUBHOCTH
PYTHHHOH JIMarHOCTHKH JIMCPEPJIHHONATHH € TIOMOLIBIO
MPT zaBucHt He TOJBKO OT 3HAHUS TUITMYHOTO pacripe-
JleJIeHUsT XKUPOBOH HHMUIBTPALIMKM MBI, HO W OT
MOHUMAaHHUS XapaKTepa OTEUHbIX U3MEHEHUH.

OueHka oTeuHbIX H3MeHeHn# y natnenTos ¢ [TKM]]
R2 nosBosinsia BLIABUTH Psifl TPEUMYILIECTB U HEJOCTAT-

koB STIR u T2 MSME. Ilokazano, uto BH3ya/abHas
otieHka ¢ nomotibio STIR o6nanaer meHbiel agpdek-
THBHOCTBIO 110 CPABHEHHIO ¢ KOJIMYECTBEHHOH METOJIU-
KOW CEJIEKTUBHOTO BblJe/ieHust dpakuuu Bojabl T2
MSME. B 1o ke BpeMsl BU3yaJsibHasl OLIEHKA C MOMO-
wpto STIR o6nanaer 100% cneuuduuHOCTbIO.
3akatouenue. /{15 naupeHToB ¢ ucdepanHonatiei
XapakTepHbl JU(Qy3Hble OTEKH HAUMEHee TTOPaKEHHbIX
Mol STIR ontumasbHo ucnosib3oBath st udde-
PEHUMAJILHOH JMATHOCTUKM MHOMNATHH, CONMpPOBOXKAAIO-
LIMXCST OTEUHBIMH HM3MeHeHHsIMH. JIJIsT OLIeHKH MHHH-
MaJlbHbIX OTEUHBIX M3MEHEeHHH HauboJiee NpUeMJIEMOH
SIBJISIETCS] TPEXIKCMOHEHIMABLHASI METOJIMKA CeJIEKTHB-
HOTO pasJie/ieHust CurHasia ot Bojibl v 2kupa (T2 MSME).
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